A girl developed progressive weakness of bulbar and ocular muscles starting before the age of two years. Electromyography revealed a widespread subclinical myopathy. An intercostal muscle biopsy showed complex abnormalities including occasional neurofilamentous accumulations and honeycomb-like membranous material in terminal axons. Endplates were small and some secondary synaptic clefts were abnormally deep. Acetylcholine receptors extended unusually deeply into the clefts of the junctional folds. Muscle fibres showed subsarcolemmal vacuolation at some places. This form of congenital oculo-bulbar palsy does not appear to have been described previously.
Selective weakness of ocular and bulbar muscles in early infancy is rare and in most cases due to congenital myasthenia or myasthenia gravis.' 2 Ocular muscle weakness may accompany bulbar palsy in Fazio Londe disease3 and progressive oculo-bulbar weakness with peripheral neuropathy and evidence of corticospinal tract involvement has been described in one infant with giant axonal neuropathy (GAN).4 Weakness of ocular and bulbar muscles is a feature of several congenital myopathies but is associated from the onset with weakness of limb muscles. 5 Our case does not appear to have been reported previously. It is characterised by: 1) Onset before the age of two years; 2) Oculobulbar weakness; 3) Subclinical involvement of the trunk and limb muscles and 4) Lack of obvious progression. An 46ennekens, Veldman, Vroegindeweij-Claessens, Molenaar, Op de Coul basal membrane were often in the immediate vicinity. Schwann cell processes were seen to intrude frequently into the primary synaptic clefts. Some of the secondary synaptic clefts were abnormally deep and variable in shape (deepest secondary cleft in the patient was 7 36,um, in controls 2-81 and 3-10). AChRs were present not only at the top of the folds but sometimes along the entire length of the secondary clefts or deep down in the clefts ( fig  2) . In the muscle fibres, myelinoid material and vacuolar spaces were occasionally present in the subsarcolemma.
Discussion
Weakness of ocular and bulbar muscles and lack of obvious progress were the main clinical features of the syndrome described above. explained by instability of contact between nerve and muscle: retraction or degeneration of nerve terminals and re-establishment of contact by the same or another nerve terminal. Subsarcolemmal vacuolisation in muscle is a secondary change of a degenerative nature and suggests dysfunction of the muscle membrane. Neurofilamentous axonal swellings have been related to axonal transport disorders and have been observed in GAN, neuroaxonal dystrophy and toxic neuropathies. " Congenital non-progressive oculo-bulbar palsy as described here is the clinical expression of a disorder which affects the musculature widely. Underlying this syndrome are a series of changes in distal axons, neuromuscular junctions and muscle fibres. The disorder should be included in the differential diagnosis of patients presenting with weakness of ocular and bulbar muscles in infancy.
